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We report a case of craniopharyngioma associated with Moyamoya disease, presenting with focal seizure and recurrent transient hemiparesis.
Case report SK, a boy with a normal birth and developmental history, presented at the age of 21 months with an afebrile focal seizure involving his left arm for several minutes. He was left with a Todd's paresis which resolved within 24 hours (Todd's paresis= transient postepileptic paralysis of a limb involved in a Jacksonian fit). His speech was unaffected and fundoscopy was normal. There was no residual deficit. An electroencephalogram and computerized tomography of his brain without contrast were both reported as normal. There were no abnormal neurological findings when he was seen three months later and he was discharged from the clinic. At 3 years of age he developed a non-paralytic left divergent strabismus. Fundi were noted to be normal then, and he was treated expectantly. Patching of his right eye was started six months later when the visual acuity of his left eye was noted to be 6/12. Over the next five months he had 5 episodes of transient left hemiparesis, each lasting a few minutes and associated with crying during bathtime. He recovered each time without residual weakness. He was referred back to the paediatric clinic at the age of 3 years 11 months.
On examination, his height had fallen from the tenth centile to below the third centile. There was no focal neurological deficit. Both his optic discs were pale, especially the left disc. It was difficult to assess visual field and acuity accurately, but there was no gross deficit. Skull radiograph showed enlargement of the pituitary fossa -with some remodelling of the clinoids consistent with a suprasellar mass. Computerized tomography demonstrated a suprasellar mass of low density with ring calcification and a large homogeneous low-density extension into the right temporal region ( Figure 1 ). A provisional diagnosis of craniopharyngioma was made. Review of the CT scan done at age 21 months demonstrated some curvilinear calcification in the suprasellar region. Because of the atypical presentation, cerebral angiography was performed. This demonstrated occlusion of the right internal carotid artery just distal to the ophthalmic artery branch; a leash of hypertrophied basal perforators was supplying blood to the deep cerebral tissue ( Figure 2 ). Blood from the basilar artery supplied the right middle cerebral artery via the posterior communicating artery and also the right anterior cerebral artery via the leptomeningeal anastomosis from the posterior cerebral vessels. At operation a large cystic mass was found arising from the sella. Aspiration of the cyst yielded typical engine-oil fluid, but excision was limited so as to avoid the danger of an iatrogenic neurological deficit. Histology confirmed the diagnosis of craniopharyngioma. Postoperatively he received a course of radiotherapy to the tumour bed. At follow up 6 months later he was well with no demonstrable neurological deficit.
Discussion
The various presentations of craniopharyngioma have been well reviewed', but seizure as a presenting symptom is not mentioned. The incidence of seizure as a symptom of brain tumour2 is low for infratentorial tumours (2.5%) and tumours in the pituitary region (5.7%) when compared with that for supratentorial tumours (50%). In Banna's series' of 67 children with craniopharyngioma, none presented with a focal seizure and only 3 children presented with weakness of one or more limbs. Focal seizures in children are much less frequently associated with brain tumour than late-onset focal seizure in adults. Out of 114 cases of focal seizure in children aged less than 15 years old3, only one was associated with brain tumour and the majority of cases had an unknown aetiology.
The positive yield of skull radiographs for investigating seizures is low, but radiography is useful if it reveals intracranial calcification or signs of raised intracranial pressure. For craniopharyngioma, 94% of the skull radiographs were reported to be abnormal at presentation, either showing calcification or sellar changes or both'. The EEG is useful when it reveals focal slowing and spikes which may point to a structural lesion. In a study of 98 children with chronic seizures4, 38% of those with focal EEG abnormalities had structural abnormalities demonstrated by computerized tomography. The greatest incidence of abnormal computerized tomography in the same study was among patients with focal motor seizures (43%). Despite the high overall incidence of abnormal scans (30%) in that study, only 2% were considered to be of therapeutic significance. However, 2 cases of unexpected tumour were revealed. Even when the initial scan is reported as normal, cases of focal seizure should be followed up regularly as it is not uncommon for a progressive organic lesion only to declare itself later and on subsequent 5 scans .
Moyamoya or 'puff of smoke' is a term used to describe the cerebral angiographic picture of the abnormal vascular collaterals at the base of the brain associated with obstruction of circle of Willis. Moyamoya disease mainly occurs in the young and is more common in Japan, although it is by no means limited to the Japanese. Its aetiology in the majority of cases is not yet established, though its association with neurofibromatosis is well documented. Recently there have been reports from Japan associating the Moyamoya phenomenon with basal brain tumours, including craniopharyngioma6. The Moyamoya phenomenon in such cases is probably secondary to the gradual occlusion of the internal carotid arteries by the basal tumour. Our case presented in the later stage, with the classical signs and symptoms of Moyamoya disease, i.e. acute, recurrent, focal neurological deficit, which may resolve. It is interesting that the transient hemiparesis in our case occurred during crying, which might compromise further the precarious cerebral perfusion by increasing the venous pressure. The coexistence of the Moyamoya phenomenon with the craniopharyngioma did not modify our approach in the treatment of this case, although the Japanese have pioneered surgical techniques to revascularize the cerebrum6. Whilst this case demonstrates an unusual presentation of craniopharyngioma, it emphasizes the need for caution in the management and follow up of children who present with focal seizure. A patient is described who developed a papular rash at the same time as classical clinical manifestations of pancreatic adenocarcinoma. Histologically, the rash was characterized by an absence of dermal elastic fibres. It is suggested that 'eruptive elastolysis' resulted from the release of pancreatic elastase.
Case report A 65-year-old male clerk presented with a 5-day history of progressive jaundice, dark urine and pale stools. During the preceding 5 weeks he had experienced persistent epigastric pain with radiation to the back and a weight l8ss of 8 kg. His past medical history included partial gastrectomy in 1956 for a benign gastric ulcer and essential hypertension for which he was taking methyldopa. An itchy skin rash had been present for 3 days. Examination revealed a ja,undiced man with a blood pressure of 150/100 mmHg. The gallbladder was palpable. There was a profuse eruption on the trunk consisting of monomorphic reddish-yellow papules 0.5-1 cm in diameter (Figure 1 ). In some areas theseformed confluent sheets. An initial clinical diagnosis of eruptive xanthomata was made.
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